We present a case of plasmacytoid Iymphocytic leukemia with hairy-cell-like cytoplasmic projections and separate monomeric and polymeric lgA(lambda) serum bands confirmed by immunofixation. After a prolonged initial good response to chemotherapy, the patient had recurrent disease with increased plasmacytoid blastic feature and died. The relationship of this case to B-cell proliferative disorders is discussed. he developed thrombocytopenia, with the platelet count going as low as 13.0 x 109/L, unresponsive to prednisone and immunosuppressive therapy, including cytarabine, vincristine, and azathioprine.
or splenomegaly was found on repeated examinations, and results of an initial abdominal computed tomography were unremarkable.
The patient's leukemia was initially treated with one cycle of vincristine and cyclophosphamide and he was continued on prednisone. His pulmonary infiltrates resolved. Shortly after presentation, he developed thrombocytopenia, with the platelet count going as low as 13 .0 x 109/L, unresponsive to prednisone and immunosuppressive therapy, including cytarabine, vincristine, and azathioprine.
Decreased platelet survival after platelet transfusions was demonstrated, and the patient underwent splenectomy. The removed spleen was of normal size (132 g), with only focal mild reactive changes of the white pulp. Post-splenectomy platelet counts slowly increased, and he was continued on prednisone, with his platelet count returning to normal (299.0 x 109/L). With therapy his initial leukocytosis of 35.3 x 1091L resolved. However, repeated examination of his bone marrow revealed persistent small foci of lymphoplas macytic infiltrates.
An associated marked decrease in his monoclonal gammopathy was also noted.Serum protein electrophoretic pattern and immunoglobulin concentrations were withinnormal limits10 months after initial presentation. However, at 12 months he had onset of fatigue and weight loss with reappearance of the IgA monoclonal gammopathy.
The peripheral blood leukocyte count at relapse was 16,2 x 109/L with 58% neutrophils, 5% bands, 1% metamyelocytes, 6% eosinophils, 10% monocytes,and 20% lymphocytes with a low population of plasmacytoid lymphocytes. Examination of the bone marrow at this time revealed 80% cellularity, the presence of multiple lymphoid nodular aggregates, and a diffuse increase in atypical plasmacytoid lymphocytes.
A spectrum of immature plasmacytoid cells were seen, including multinucleated and lobated larger cells with nucleoli, and smaller atypical plasma cells with prominent juxtanuclear hof ( Figure 3) . Several of these cells revealed frayed cytoplasmic borders with cytoplasmic projections,. but not the prominent hairy-cell-like pattern seen on the previous bone-marrow examinations. The cells exhibited IgA(lainbda) immunoreactivity, and studies of his serum immunoglobulins revealed a return of the dysgaminaglobinemia, with an IgA value of 9.12 g/L. A radiographic skeletal surveyshowed no lytic bone lesions and no lymphadenopathyorhepatomegaly.He developedpersistent thrombocytopeniaand feverdespiteintensive therapywith pulsed alkylator agents with prednisone50 mg two times dailyand meiphalan 12 mg dailyforfourdays,each ofthese orally, and vincristine, 1 mg intravenously,every two weeks; prednisone,10 mg orally, was given between the four-day cycles. Three months later, his chemotherapy was changed tocylcophosphamide, 500 mg weekly,and prednisone50 mg every other day. Adriainycin Serum from the present patient showed two electrophoretic bands corresponding to monomeric and polymeric IgA-(lambda) bands. The polymeric band, which is wider,is probablyrelated tothe formationofdimers and polymersof variablesize. This isanalogousto the more broadlybased single bands seenwith IgA plasma cell myeloma, which can also be associated with two bands of monomers and polymers, similar to this case (11). The presence of polymers, molecular asymmetry, the interaction of IgA with other proteins, as in the formationof IgA-albumin complexes, may allhave a rolein the productionofhyperviscosity
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(12).
Whereas the courseofplasmacytoidlymphocyticlymphoma and WaldenstrOm macroglobulinemiacases has been variable, some cases have been complicatedby the development ofimmunoblasticlargecell lymphoma (13). Moreover, chroniclymphocyticleukemia cases may alsoevolveintoan acute phase,includingdevelopment ofdiffuse immunoblasticlymphoma (Richter's syndrome),prolymphocytoidtransformation, acuteblastic crises, and (rarely) multiplemyeloma (14). In our case,althoughthe development of refractory disease was associated with increasing pleomorphism and immature plasmacytic morphologic features, no overt picture of large cell immunoblastic lymphoma or multiple myeloma had been noted, although we have no results of autopsy examination.
In sununary, thiscase oflymphoplasmacytoidleukemia presented three interesting or uncommon features: (a) the production ofmonomeric and polymeric IgA (lambda) separate bands, (b) hairy-cell-like morphology,and (c) progressioninto refractory disease with increased plasmacytoid and pleomorphic features.
